• Recognize the controversial nature of inflammatory pseudotumour of the lung.
Learning objectives
• Recognize the controversial nature of inflammatory pseudotumour of the lung.
• Understand that on rare occasions, inflammatory pseudotumour of the lung may behave in an aggressive fashion in spite of an apparently benign histology.
canMeDs competency: Medical Expert

Pre-test: • What is the etiology of inflammatory pseudotumor of the lung?
case Presentation A 53-year-old woman was referred for a left upper lobe mass. She was an active smoker with a 15 pack-year history, but otherwise denied any potentially noxious exposure. Her medical history included a left-sided pneumonia 10 years previously, at which time a parapneumonic effusion had been drained percutaneously. She complained of nonspecific chest pain for the previous three to four months. She did not exhibit any respiratory symptoms, fever or weight loss, and a review of systems was negative.
Imaging of the chest revealed a 5 cm × 6 cm solid mass with illdefined borders in the apicoposterior segment of the left upper lobe, with a 4 cm area of contact with the chest wall ( Figure 1) . The lesion had a mean standard uptake value of 9.2 on fluorodeoxyglucose positron emission tomography. Bronchoscopy and a complete metastatic workup were negative.
Two transthoracic biopsies were nondiagnostic, while a third raised the possibility of inflammatory pseudotumour (IPT). We elected to perform an exploratory thoracotomy. Given the lack of a definitive diagnosis both pre-and intraoperatively, a left upper lobectomy was performed. The tumour was densely adherent to the parietal pleura, and dissection in an extrapleural plane was necessary. Blood loss was 2500 mL as a result of dense inflammatory adhesions. Mediastinal lymph nodes were negative. There were no postoperative complications and the patient was discharged in good condition on postoperative day 7. T cell, B cell and Hodgkin lymphomas were ruled out with immunohistochemistry. The final diagnosis was inflammatory pseudotumour (Figure 2 ). Resection margins were negative.
On follow-up computed tomography (CT) scan at 19 months, five new nodules were discovered in the contralateral lung (Figures 2 and 3) . The main lesion (25 mm × 16 mm) was located in the middle lobe. Four other nodules of up to 1 cm in size were located in the right upper and right lower lobes, respectively. Recurrent inflammatory pseudotumour was suspected. All of the nodules detected on CT were amenable to a wedge resection. Negative T cell and B cell rearrangements, and immunohistochemical ruled out T cell, B cell and Hodgkin lymphomas. All five lesions demonstrated recurrent inflammatory pseudotumour.
Discussion
IPT was first described by Brunn in 1939. It may occur anywhere in the body, but most commonly affects the lung and orbit (1). It accounts for less than 1% of lung resections (2-4). According to most authors, it represents a genuine neoplastic process, but some argue that it may represent an exaggerated inflammatory response to a variety of stimuli including minor trauma and infectious agents such as mycobacteria, Epstein-Barr virus, actinomyces, nocardia, mycoplasma and herpes simplex virus (1, 3 
Learning objectives
canMeDs competency: Medical Expert
Pre-test
• What is the etiology of inflammatory pseudotumour of the lung?
• What characteristics of an inflammatory pseudotumour may be related to clinical behaviour?
recently described autoimmune process that histologically resembles IPT and may be related to the adult form of the disease (5,6). Most patients are younger than 40 years of age (4), and IPT is the most frequent lung tumour in children younger than 16 years of age (1). Common symptoms include cough, pain and fever, although up to 70% of patients are asymptomatic (3, 4) . Imaging is nonspecific and often shows a solitary, well-circumscribed peripheral mass. Pathologically, these tumours are composed of a heterogeneous population of inflammatory and mesenchymal cells (2, 4) . Definitive diagnosis of IPT may, therefore, be difficult by needle biopsies, even with multiple attempts (2-4). Important differential diagnostic considerations include sarcoma, malignant fibrous histiocytoma, lymphoma and malignant plasmacytoma (3) . Although these lesions usually have an innocuous course, sarcomatous transformation has been described (1, 3) . Occasionally, as in the patient we describe, IPT may show an aggressive behaviour with local invasion and metastasis even without actual 'malignant transformation' (1) .
Steroids are the first line of treatment in cases of orbital tumours (1) . Their role in the treatment of pulmonary lesions is limited, although there have been cases of complete regression after prolonged treatment (1-3). Chemotherapy and radiotherapy have been reported anecdotally with inconsistent results, and complete surgical resection remains the treatment of choice (1,3,4) . In general, completely resected lesions <3 cm in diameter are associated with five-year survival rates of greater than 90% (7). Long-term survival decreases to below 50% for larger lesions (>3 cm) not amenable to complete resection (3). In children, it has been documented that lesions confined to the lung rarely recur, whereas those extending beyond the lung or affecting other organ systems have a 30-fold increase in recurrence rates and a poor prognosis (8) .
In our case, a large primary tumour was associated with multiple recurrences in the contralateral lung almost two years after resection, suggesting an aggressive form of the disease in spite of an apparently benign histology. Given the histological and clinical spectrum of IPTs, it may be questioned whether they represent a single disease process or encompass a group of heterogenous pathological entities. A better understanding of the nature of IPT may help in planning treatment and better defining the role of steroids and other adjuvant therapies. 
Post-test
• What is the etiology of inflammatory pseudotumour of the lung? Pathologically, inflammatory pseudotumours are composed of a heterogeneous population of inflammatory and mesenchymal cells. Most authors consider them to represent a genuine neoplastic process. However, some argue that they may in fact represent an exaggerated inflammatory response to a variety of stimuli, including trauma and infection.
• What characteristics of an inflammatory pseudotumour may be related to clinical behaviour? These include size, whether the lesion is confined to the lung, and the possibility of complete surgical resection. Lesions smaller than 3 cm in diameter, confined to the lung, and amenable to complete resection are usually associated with a favourable prognosis. Larger lesions not amenable to complete resection, or those extending beyond the lung or affecting other organ systems are associated with high recurrence rates and a guarded prognosis.
The Canadian Respiratory Journal is now accepting submissions for a new Clinical-Pathologic Conference series. These will be based on case presentations that illustrate important learning issues involving diagnosis and/or management decisions, and should be supported by images from appropriately applied diagnostic and/or prognostic testing which could include: 1) Lung function tests; 2) Exercise testing; 3) X-rays or computed tomography scans; 4) Ultrasound (including endobronchial ultrasound); 5) Positron emission tomography scans; or 6) Bronchoscopy/thoracoscopy.
All case reports appearing in the Canadian Respiratory Journal will conform to this format and manuscripts should be structured as described in the Instructions to Authors. A maximum of four images can be submitted and the number of references should not usually exceed 10. The submission will be peer reviewed and may be edited by our editorial team.
